Vogt Koyanagi Harada (VKH) syndrome is an autoimmune disorder that targets melanocytes and melanocyte-associated antigens. It is characterized by chorioretinitis, but may include neurological, dermatological, and audio-vestibular manifestations.
When we saw her, visual acuity was normal and she described her vertigo as a sensation of unsteadiness that probably started before the onset of visual symptoms and had slowly worsened over the years until it became difficult for her to stand steadily in conditions of dim or no light, and she complained of oscillopsia while walking or moving her head.
On neurological examination, the head impulse test (HIT) showed corrective overt saccades in all directions, suggesting that the vestibulo-ocular reflex (VOR) was hypoactive. There were no signs of neuropathy or cerebellar dysfunction.
The vestibular instrumental testing showed no response in either direction for per-and post-rotatory evaluation in the dark (step velocity 100 deg/s 2 initial acceleration, 140 deg/s constant velocity for 30 s before stopping the chair abruptly) and normal visual-vestibular interaction. The head impulse test (HIT) [1, 2] (Fig. 1) showed a significantly reduced VOR gain both for clockwise (CW 0.33) and counterclockwise (CCW 0.11) passive head rotation (normal values 0.9 and 0.95 respectively). The functional HIT showed a reduced capability to read the orientation of Landolt's C during head rotation (correct answers CW 0.65and CCW 0.32; normal values 0.87 and 0.89 respectively), in keeping with the complaint of oscillopsia. Subjective visual vertical [3] , cervical vestibular evoked myogenic potentials (VEMPs) and N3 potential [4] , pure tone audiometry, and brainstem auditory evoked potential were normal. The ocular VEMPs were normal after right ear stimulation, but were not detectable after left ear stimulation. An MRI brain scan showed some microangiopathic white matter lesions, without any abnormality within the posterior fossa and the inner ear. A clinical and vestibular instrumental re-evaluation after 18 months was unmodified.
The balance disorder in our patient was attributable to a bilateral, peripheral, vestibular failure (BVF): the left side was more affected than the right, and the canal more than the otolith function. This discrepancy may reflect the sensitivity of the different techniques and may be the result of an uneven progression of the disease. Since there was no evidence for another possible causative factor, we considered the BVF as an extraocular manifestation of VKH. Zhang et al. [5] described many perivascular-resident macrophage-like melanocytes (PVM/Ms) that can be found in the blood-labyrinth barrier of the cochlea, but also of the ampullae of the semicircular canals, the saccule, and the utricule. We hypothesized that PVM/Ms could be the target of the autoimmune response associated with VKH.
Auditory impairment is more frequent and severe than vestibular abnormalities in VKH, as was previously described in three case series [6, 7] with a total number of 90 patients, where a mild bilateral vestibular impairment could be suspected in 2 patients only [7] . Interestingly, in our patient, the auditory system was spared, whereas the vestibular system was affected, in the canal rather than in the otolith system.
To our knowledge, this is the first VHK patient whose ocular manifestations were associated with a BVF, without any impairment of hearing, or dermatological or other neurological manifestation. We suggest checking the vestibular function of VKH patients with clinical and instrumental HIT and rotatory testing; otherwise, BVF may be overlooked. VKH should be listed in the possible causes of BVF and BVF patients with no better explanation for their vestibular impairment should undergo ophthalmological examination. 
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